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Hepato-
megaly

Growth

The outstanding physical sign is the hepatic enlargement, the liver
being smooth, firm, not lender, and often extending below the um-
bilicus. The anterior notch may be so deep as to eause the left lobe to be
mistaken for the spleen. The latter, however, is not enlarged. There
is no ascites, and seldom is there any distension of the superficial
abdominal veins. In some cases there have been single transient attacks
of jaundice, but this symptom is never permanent and is not character-
istic of the disease.

Growth and genital development tend to be greatly delayed, particu-
larly in later childhood. Altliough patients may be of normal propor-
tions at birth, they generally lag behind children of their own age until
the discrepancy in development becomes such that they may be said to
show several years1 infantilism, retaining the physical and emotional
characters of much younger children (see Fig. 127). In such cases genital
development and secondary sexual characters fail to make their appear-
ance, although occasionally the condition becomes less marked with
increasing age, and when adult life is reached the patients may be
apparently normal.

In those cases in which organs other than the liver are involved, e.g.
the heart or pylorus, symptoms are liable to arise from the visceral
enlargement; interference with function is then primarily mechanical.

6.-PROGNOSIS

The prognosis as regards life in glycogen disease is relatively good,
although a number of these patients have succumbed to intercurrent
respiratory or other infection, aad some of those in whom the cardiac
muscle was involved have died with cardiac failure. Retardation of
growth and development is usually progressive; but Worster-Drought's
patient, probably an example of this disease, appeared essentially
normal by the age of twenty-five, although the onset of puberty had
been much delayed. In some instances the condition affects the younger
siblings less severely than the elder.

Diagnosis
from malig-
nant disease

7.-DIAGNOSIS AND DIFFERENTIAL DIAGNOSIS
The diagnosis of glycogen disease can be made during life from the
association of the above clinical and biochemical findings. A greatly
enlarged smooth non-tender liver, not associated with splenomegaly or
other evidence of cirrhosis, occurs in practically no other condition in
childhood except hypertrophic steatosis (see below), and, very rarely,
diabetes mellitus.
Malignancy, e.g. hepatic metastases from an adrenal neuroblastoma,
can be excluded by the slow course and slight interference with the
general health seen in glycogen disease. Retardation of growth and a